adequate topical analgesia of the larynx and intravenous dexamethasone may help to reduce laryngeal oedema.
The emergency department physician should, therefore, consider subglottic impaction of the aspirated foreign body in cases with sudden onset of dyspnoea with odynophagia. Soft tissue neck radiographs are the most useful investigation but should be done under proper supervision of the patient and in the presence of a doctor capable of performing an emergency tracheostomy in a child. There is need for a programme to educate the public in the proper first aid measures when dealing with victims of aspirated foreign bodies. This will prevent the kind of complications that were seen in our cases. ryanj@pavilion.co.uk). Accepted 7 August 1998 Abstract A 26 year old woman presented to the accident and emergency department with a painful right elbow. There had been no history of trauma. Clinical examination suggested an effusion, which was confirmed on radiological examination. Her elbow was aspirated and revealed a haemarthrosis. Subsequent investigations revealed a diagnosis of von Willebrand's disease (vWD). A spontaneously occurring effusion of the elbow may be due to a haemarthrosis. Aspiration of blood in the absence of trauma may lead to a diagnosis of an occult coagulopathy in addition to relieving pain. The diagnosis and treatment of vWD is discussed. Case report A 26 year old woman, normally fit and well, presented to the accident and emergency (A&E) department with a painful right elbow. Symptoms had developed spontaneously overnight and she attributed them to sleeping in an awkward position. Her elbow was held in a flexed position. Flexion and extension were both restricted. Radiographs were taken which showed prominent anterior and posterior fat pads ( fig 1 ) . A synovial effusion was suspected and her elbow was aspirated to provide symptomatic relief. Surprisingly, aspiration of the joint produced 7 ml of blood. She was given a broad arm sling to rest her elbow. One week later her elbow was much improved and full extension was only limited by 10 degrees. At six weeks her elbow was back to normal.
On further questioning the patient gave a history of occasional bruising and heavy periods during the previous 2-3 years. She was on no medication. Her mother also had a history of bruising. In view of this history and the findings of a spontaneous haemarthrosis, she was referred for a haematological assessment.
Investigations revealed a normal full blood count, liver function, biochemistry, international normalised ratio, and activated partial thromboplastin time ratio. However von Willebrand factor (vWF) antigen and vWF activity were low, 31 IU/100 ml (50-200) and 29
Poncia, Ryan IU/100 ml (50-200) respectively. Factor VIII:c was normal, 70 IU/100 ml (50-200). These were repeated three months later: vWF antigen was 22 IU/100 ml, vWF activity 35 IU/100 ml, and factor VIII:c 62 IU/100 ml, confirming a diagnosis of von Willebrand's disease (vWD).
Discussion
Haemarthrosis of the elbow is common in haemophilia A and may occur in up to 90% of patients, however it is relatively uncommon in vWD. It is extremely painful and if untreated may take days to resolve. Long term consequences of repeatedly exposing joint surfaces to blood include accelerated destruction of cartilage and hypertrophic osteoarthropathy with marked bony deformity and ankylosis. The usual method of elbow aspiration involves a posterolateral approach as described by Gaston et al in 1949.1 The patient is first positioned supine with the arm abducted 45-90 degrees and the shoulder and elbow flexed 90 degrees with the palm placed flat on a table. This position of pronation helps to protect the radial nerve. The skin is then cleansed and infiltrated with 1-3 ml of 2% lignocaine. An 18 or 20 gauge needle on a 5-10 ml syringe is then inserted into the midpoint of the triangle bordered by the radial head, olecranon and lateral humeral epicondyle.' vWD was first described in 1926. It is a heterogeneous disorder with many distinct subgroups. Inheritance is usually autosomal dominant, the gene for vWF being located on chromosome 12, but it may also be autosomal recessive or acquired. Acquired vWD is rare but may occur with lymphoproliferative disorders,3 autoimmune diseases, hypothyroidism, and treatment with drugs such as valproate. Classically vWD presents with a mild to moderately severe mucocutaneous bleeding tendency, bruising, epistaxis, menorrhagia, and bleeding from minor cuts. Patients may present in their 20s or 30s with prolonged bleeding after dental extraction.' vWD is caused by abnormal, deficient, or defective production of vWF, which normally acts as a protective carrier for factor VIII in the circulation as well as being involved in platelet adhesion. Reduced levels of vWF lead to reduced plasma levels of factor VIII and prolonged bleeding times. Before release vWF is stored within endothelial cells and platelets.6 Stored vWF can be released by triggers such as insulin, adrenaline, and vasopressin. An increase in vWF occurs as part of the acute phase response to inflammation, injury, infection, neoplasia, and pregnancy. Thus in order to be sure of the diagnosis it is important to perform carefully standardised sets of assays on at least two separate occasions, with the patient in a "steady state".
The laboratory diagnosis of vWD is made on the basis of immunological and functional studies of vWF, factor VIII concentrations, and electrophoretic analysis.7 Considerable progress has been made in characterising the specific molecular defects responsible for this heterogeneous disorder. The problems of incomplete vWD penetrance and poor diagnostic sensitivity and accuracy for the currently available clinical laboratory tests provide a strong incentive for developing DNA based diagnostics. 8 The mainstay of treatment for most patients with type 1 vWD is desmopressin (1-deamino-8-D-arginine, DDAVP), a synthetic analogue of the antidiuretic hormone L-arginine vasopressin. Desmopressin stimulates the release of vWF from vascular endothelial cells and produces a rise in factor VIII concentrations. Factor VIII and von Willebrand concentrates are useful sources of exogenous vWF for the treatment of patients unresponsive to desmopressin,7 but may cause thrombocytopenia in some subgroups.
Female patients with vWD may need treatment before and after delivery as well as after other minor and major surgical procedures.6 Subsequently our patient received counselling, hepatitis B vaccination subcutaneously, and a "green card" which gives details of her vWF levels and activity as well as a contact telephone number.
Conclusion
The value of aspirating traumatic elbow effusions such as may occur in cases of radial head fracture has previously been described.9 10 This case emphasises the value of aspirating atraumatic elbow effusions. Aspiration in this woman revealed an unsuspected haemarthrosis which guided us to the correct diagnosis. Had this woman's elbow not been aspirated, it is likely to have resolved and the opportunity for making a diagnosis lost.
